Hydatid cyst of orbit is a rare cause of proptosis, even in endemic regions. So far, Hydatid cyst of the orbit, has not been reported from Nepal. We report a 7-year-old boy, who presented with initially painful, later painless axial proptosis of the right eye without ocular movements and perception of light. As the case was clinically diagnosed as retinoblastoma or rhabdomyosarcoma, the exenteration was carried out.The retroorbital cyst containing gel-like fluid was histopathologically examined and the diagnosis of hydatid cyst was confirmed. Although rare, orbital hydatid cyst should be considered as one of the differential diagnoses of unilateral severe proptosis.
INTRODUCTION
Hydatid cyst is caused by cystic larval (metacestode) stages of Echinococcus granulosus; which was first described by Goeze in 1782. 1 E. granulosus is a cestode and worldwide in distribution. However, Mediterraneans, Middle East and South Asian Countries, Latin America, and China are major areas of human infections. The annual incidence rates of hydatidosis in man per 100,000 population were 1.2 in Iran, 2 0.4 in Wales, 3 50 in China, Algeria, and Argentina. 4 Man harbours the larval form and is infected due to intimate handling of infected dogs and by taking uncooked vegetables contaminated with infected canine feces. As the embryos bore the intestinal wall and reach the portal circulation, liver becomes the commonest site (50% to 70%) for hydatid cyst. Some of the embryos may pass through the hepatic capillaries and enter the pulmonary capillaries and enter the systemic circulation to lodge in the various sites. So, lung is the second most frequent site of hydatid cyst. The other reported possible and other bones, 12 soft tissues, 13, 14, 15 kidney, 16, 17 peritoneum, 17 retroperitoneal space 16 etc.
Orbital hydatid cyst is very uncommon and has been reported to be less than 1% of all hydatid diseases. 18 The main symptom is proptosis. 19 Hydatid cyst of the orbit is a very rare cause of proptosis. To our knowledge, this is the first case of orbital hydatid cyst in Nepal.
CASE REPORT
The patient was a 7-year-old boy, who presented with initially painful, later painless progressive protrusion of the right eyeball, loss of vision, redness and watering of the right eye for 3 months. Personal and past histories were not significant. No family member or relatives had a history of unexplained blindness or eye tumors. Systemic examination findings were unremarkable.
On examination, the left eye was apparently normal. The extraocular movements on the right eye were totally restricted in all directions. There was no perception of light. Proptosis was axial and significant; eyelids were retracted. Conjunctiva was congested and chemosed. Cornea was totally sloughed out. Anterior chamber could not be assessed. Routine blood examination revealed Hb 11.7 gm/dl, RBC 50,20,000/µl, WBC 12,700/µl with 73% neutrophils, 20% lymphocytes, 3% monocytes, 3% eosinophils, and 1% basophil, and platelets 3,68,000/µl. Blood sugar (random) level was 6.7 mmol/L and LDH was 300 u/L. Chest x-ray did not reveal any cystic structures in the lung and ultrasonography of abdominal viscera was normal. No cysts in the liver were detected. CT scan of the brain was normal. CT scan of the orbit was not done. The case was clinically suspected as rhabdomyosarcoma or retinoblastoma. The exenteration was carried out because of severe proptosis, absence of light perception,and clinical diagnosis of malignancy. During exenteration, a retro-orbital cyst of a size 20 mm x 8 mm was found. It was accidentally ruptured and yielded gel-like fluid. The cyst wall appeared as a membranous, tough, opaque structure.
Histopathological findings
Gross features: The exenteration specimen consisted of eyeball with portions of eyelids and multiple whitish opaque membrane like structures. The eyeball measured 5 cm x 3.5 cm x 3 cm. Membranous structures altogether measured 1.0 cm x 0.6 cm. The cornea appeared necrosed. Other structures of the eyeball and optic nerve were grossly unremarkable.
Microscopic features:
The sections from membranous structures showed eosinophilic laminated membrance, typical of hydatid cyst (Fig. 1) . The granular germinal layer and free brood capsules (Fig. 2) were also present. Scolex or daughter cysts were not found. The eyeball showed chronic inflammatory cell infiltration involving the sclera and uvea. Thus, the final diagnosis of primary orbital hydatid cyst without involvement of any other sites was made.
DISCUSSION
Echinococcosis occurs in human after contamination by infected dust of dog. It may localize in any parts of the body, but the liver and lung are the most frequent sites. The orbit is an unusual site for echinococcosis. 18 In a study of Gomez Morales A et al. 21 the average age of patients with orbital hydatid cysts was 16 years with a range of 2-57 years. Our patient was 7 years old. The clinical features 20, 21 of orbital hydatid cyst are proptosis, diminished visual acuity, inflammatory signs and ocular palsy. Our case showed proptosis, loss of vision, inflammatory signs, and impaired ocular movements. These features may be present in other ocular and orbital diseases 20 such as retinoblastoma, rhabdomyosarcoma, inflammatory pseudotumors, capillary hemangioma, chloroma, glioma, lymphangioma etc. So the clinical diagnosis of orbital hydatid cyst is often difficult. Our case was also clinically diagnosed as retionoblastoma or rhabdomyosarcoma and incidentally diagnosed as hydatid cyst after histopathological examination. Other investigations including ultrasound, 22 CT scan, 22, 23 and serology may be helpful. Serological investigations 19 include intradermal test, indirect hemagglutination, counter-immunoelectrophoresis etc. In our case, serological tests were not done. Ultrasound could not be performed because the cornea was melted, anterior chamber was obliterated and the eyeball was grossly disfigured. The diagnosis can be confirmed by histopathological examination of the cyst. The cyst wall of metacestodes consists of three layers, inner, middle, and external. The middle or laminated layer is unique to the genus Echinococcus. 24 The final diagnosis of our case was made postoperatively by detecting the laminated layer on histopathological examination.
The main treatment modality for orbital hydatid cyst is surgery. 19 For inoperable cases chemotherapy with mebendazole seems promising. 25 In our case, exenteration was performed as the case was clinically diagnosed as retinoblastoma or rhabdomyosarcoma and the patient was discharged with improvement.
CONCLUSION
This case report emphasizes that orbital hydatid cyst should be considered in the differential diagnosis in patients with unilateral severe proptosis with gross disfigurement of the globe especially in endemic regions for echinococcosis.
